**Introduction:** We aim to present a case of severe pulmonary hypertension as the first presentation of MCTD in a patient when she was pregnant with twins. She had no previous history of any connective tissue disorder and had gone through two successful pregnancies previously with no problems.

**Case description:** 34 year old patient presented to us through the combined Medical and Obstetric clinic and the Respiratory team when she presented acutely short of breath during 22nd week of her third pregnancy. She had previously had two children - 18 and 14 years of age and had no major problems through those pregnancies. She had a CTPA suspecting pulmonary embolism which showed no evidence of PE but enlarged pulmonary arteries. This lead to an Echocardiogram which showed evidence of Pulmonary Hypertension with dilated right heart indicating decompensation. The estimated pulmonary artery pressure was 60mmHg. She was managed as probable primary pulmonary hypertension and delivered twins spontaneously at 28 weeks. Her breathing improved post-partum, but she continued to be short of breath on exertion. This prompted further investigation and a Rheumatology referral. Further questioning revealed history of Raynauds, paraesthesia of fingers and toes, marked alopecia, family history of other autoimmune conditions. ANA revealed positive RNP and she was treated as probable MCTD or RNP variant lupus. Possibility of myocarditis and pulmonary hypertension with rapid progression prompted aggressive treatment with IV Cyclophosphamide, steroids and Iloprost. Unfortunately over a period of time her pulmonary hypertension worsened and she was referred to Pulmonary Vascular centre at Newcastle. After a period of IV Iloprost, she was added to the lung transplant list. She had successful bilateral lung transplant in 2013. Her pulmonary artery pressure improved dramatically and though she developed multiple other complications following the transplant her primary problem improved significantly.

**Discussion:** This case was a very interesting one that we would like to share with our Rheumatology colleagues due to the rapidity of development of pulmonary hypertension in a patient with very limited symptoms otherwise. The rapid progression and need for lung transplant was also a significant feature of the case.

**Key learning points:** The key learning points were the importance of looking for signs and symptoms of CTD in acute presentation of pulmonary hypertension especially during pregnancy. Management of these patients and the potential requirement of lung transplant in these patients is an important learning point as well.
